JJUCTOBKA: HHOPOPMAIIUS 3A IIOTPEBUTEJIA

Dangn 250 1U, 500 IU » 1000 TU

IIpax u pa3TBOpHTEJ 32 MH}KEKIHOHEH Pa3TBOP
Komnieke o1 woBewrkH koarynauuoneH ¢akrop VIII u daxrop Ha don Bunebpanz

Fanhdi 250 IU, 500 IU and 1000 IU

Powder and solvent for solution for injection
Human coagulation factor VIII and von Willebrand factor complex

ITpouerere BHUMATETHO ISAJIATA JHCTOBKA NMpPEXH fa 3all0YHeTe Ja NMPHEeMATe TOBA JEKAPCTHO,
ThH KaTo TA ¢bAbLPKa BakHa 3a Bac nndopmanus.

- JanazeTe Tasy TUCTOBKA, MOKe Ja ce HANOXKH Jd 5 MPOYETETE OTHOBO.

- AKo UMaTe HAKAKBH ZONBIHHTEIHA BRIPOCH, monuTaiite Bamms nexap, Gapmanest Hig
MENHIIMHCKa CECTpA. '

- Tosa nexapcTso € MpeANCaHO SAMHCTBEHO M JiyHO Ha Bac. He ro mpeorcrsnBaiite Ha Xpyru
xopa. To MoXxe Aa MM HaBpejy, HE3aBMCHMO Y€ NPH3HALMTE Ha TAXHOTO 3abongBaHe ca CHIIUTE
Karo BaninTe

- AKO IIONTyYHTe HAKAKBH HEXKeJIaHH JIeKapcTBEeHH peakluy, yseaoMere Bammd nexap,
apMaueBT UM MENHIMHCKA cecTpa. ToBa BKIIOYBA H BCHYKH BE3MOYKHH HEXEJIAHH
peaKkluy, HEONIACAHK B Ta3H JIHCTOBKA.

KAKEO ChXbpIKA TA3H JHCTOBKA M3NLNHUTENHA ATEHUNS NO NEKAPCTBATA
flucmotixa - Npusoxenus 2

1. Kaxso mpencrasnsea @augy 1 3a KaKeo C€ UIMON3BA. £

2. Kakso 1pafpa na sHaete, npenn fa npruemete QaHIu. KoM Pee. Mo ............ 3902’{'2 .............................
3.  Kak ga npuemere Gangu. / B 9
4.  BB3MOXHH HEXEIAHHA PeaKIVH. Paspeuierue Ne ﬁé /7/'/57/(7$§ -
5. Kak na cexpanseare @aHmy. o6 0y -n7- "2
6.  ChIbpIKAHME HA ONAKOBKATA M IOMBIHHTENHA HH(bopMamg'g HEHUE N .cvsrrarrrens ol ervorisrassnsensesracnae e rans

1. KAKBO IIPENCTABJISIBA ®AHAH U 3A KAKBO CE H3II0JI3BA

Qanau ce NpefocTaBsa KaTo Npax 3a HHXEKIHOHEH PasTBop, chaspkaly 250, 500 wan 1000 IU vosemku
koarymauxoneH daxrop VII u 300, 600 umu 1200 IU uosemxku dakrop Ha ¢on Bunebpang (VWF) ua
¢naxon. Cnen MpHroTBAHE ¢ HOAXOMALIC KOJHMYECTEO PA3TBOPUTEN (BOAA 34 HHIKEKIHHM), BCEKH (JIAKOH
ceabpKa 25, 50 ma 100 TU daxrop VIII/ml u 30, 60 win 120 IU VWEF/ml.

@anju NpHHAANEKM KBM IPYNa JeKapcTBa, HApeUeHH AHTHXEMOPATHYHH CPEACTBA: KPHBOCHCHPBAII
axrop: paxtop Ha Gon Bunebpana B koMOuHauus ¢ KpsBockeupBan daxrop VIIL

Xemoduwaua A

Ganz ce W3NOM3BA 3a JIEYEHHEe W NPOQHIAKTHKA HA KPHBOHINMBH IIpH MAaUMEHTH, CTPaj@lid oT
xemohunua (BpozneH Aeduunr Ha dakrop VIII). Tesw NMauMeHTH HAMAT JOCTATHYHO (YHKUHOHAICH
taxrop VIIL. ®anan ce ¥3non3Ba 3a NOBHINABAHE HA KOMHYECTBOTO Ha daxrop VIII
TI03BOJIABA ChCHPBAHE HA KPLEBTA. ‘

To3u npoxykT MoXKe Nig ce H3MON3Ea W 3a KOPHUIHpPAaHe Ha NPHAOGHT NehHIUT Ha
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Boaect Ha don BuneGpann

Dangn e mokasaH 3a MpodHIaKTHKE W JeYeHHe Ha KPBBOM3IIMBH IPH IalueHTH ¢ OolecTTa Ha (oH
Bunebpang (VWD), xorato neuenmero camo ¢ mecmompecuH (DDAVP) e needextBHCO HIM
NPOTHBOIMIOKA3AHO.

IlaunenTuTe Morar Aa cTpaiaT OT Pa3MUYHK TUIIOBE Ha GonectTa Ha oH Bunebpann. Benukn THROBE
Ha GonectTa na ¢on BuneGpanpx ca BpomenH 2abondBaHuf, NpH KOWTO KPBBOMIMBHTE MOraT a
MPOJBJIKAT NO-ABJIr0 OT 04akBaHOTO, ToBa MOXe Ja ce ALIKK Ha nunca Ha ¢axrop VWE B KpLBTA HIIH
Ha (axTa, 1e VWF He (yHKIIHOHUPA [IPABHITHO,

2.  KAKBO TPABBA JIA 3HAETE, ITPEJU JA IPHEMETE ®AH/IA
He npuemaiiTe ®angu

*  AKo cTe anepruyHA (CBPEXYyBCTBUTENHH) KbM KOMILISKCA OT YOBEINKH KOAryJiallHoHeH (akTop
VIII u paxrop Ha dox Bunebpann uinu KM HAKOA 0T OCTAHAINTE CHCTABKHE HA DaHIH.

AKo uMate BRIIpocH 00bpHeTe ce KM Bamms nexap.
IIpeaynpexaeHHus M npeaIa3HN MEPKH

- Hma, makap W Mmanka, BB3MOXHOCT Ja nOIyuuTe aHadMIakTHIHa peakilMd (BHe3allHa M CHIIHO
H3paseHa aJleprHYHa peaknusa), AKO YCTAHOBHTE KOXKeH 0OpHB WIH ofMa YPTHKAPHA, TIOIYYHTE TEXKECT
B I'bpIHTE, 3aMaliBaHe, CBETORBPTEXK WIM TafIcHE, X MOYYBCTBATE 3aMaliBaHe IIpH CTaBaHe, MoXe OH
pasBuBaTe aHa(HIIAKTHYHA peakis KeM QaHap. AKO HACTHIAT TE€3H CHMITOMH, Bue Tpsabpa ga
NPEeKPaTUTE NPHAAraHeTo Ha NPOAYKTa H He3abaBHO Jla NOThPCUTE MENMIHHCKA TTOMOILL,

- Bammar nexap BeposTHO Wie NpoBelde HIKOW TECTOBE 3a Ja Ce yBepH, ue gosara QaHmH, KOATO
MOJIy4aBaTe € JOCTaTh4HA [ OCUTYPH M MIOALBPIKE IMOIX0AAII0 HHBO Ha (akTop VIIIL

- OGpaszysaneTo Ha HHXHOHTOPH (AaHTHTENA) € USBECTHO YCIOKHEHHE, KOSTO MOXKE Jd BB3HUKHE 1O
BpEME Ha JICYEHHETO ¢ BCHYKH JlekapcTea, chabpxaum daxrop VIIL Tesu maxuburoph, ocolieHo BuB
BHCOKH HWB4, CIIHPAT IIPABWJIHOTO JeHcTBHME Ha JedeHHeTo M Bre wim Bamero nere me Obaere
MpPOCIeASBAHKM BHHMATENIHO 32 PAa3BHTHE Ha Te3W MHXMOMTOPH. AKO KBPBEHETO NpH Bac uni Ttoea npu
Bawero nete He ce konTponupa ¢ ®annu, HezabapHo HHbOpMupaiiTe Bawus nexap.

- Ilpu nedennero Ha Gonectta Ha Gon BuneGpan ChIIECTBYBA PHCK OT BE3HHKBAHE Ha TPOMOOTHYHH
cHOUTHS, 0COGEHO NPH MAIMEHTH ¢ W3BECTHH KIHHHYHA PHCKOBY daxropu. Eto 3amo Bawwnar nexap
Tps0Ba Na U3BBPIIK HAKOH M3CHE/BAHHS 33 OTKPUBAHE Ha PaHHH NpPH3HAUM Ha TpomGo3a U @ 3alouHe
JIeYCHUE 34 BEHO3HA TPOMOOEMOONHA B CHOTBETCTBHE ¢ HACTOALIHTE IPEOPBKH.

- llauwentn ¢ Oonectra Ha doH Bunefpauz, ocofeHo Tun 3 naUMEHTH, MOraT A4 pasBHAT
HEYTpaJIM3Hpally aHTHTeNa (MHXHOHTOpH) Ha (pakTopa Ha (oH Bunebpann. HuxuburtopuTe Ha (akTopa
Ha (oH Bumebpann npeacTaBnsBar aHTHTENA, HAUYHA B KPBBTA, KOHTO MOTAT Ja Gnokupar dakTopa
Ha Gon BuneGpanz, xoifto msmonssate. AKo He ObA4T JOCTHTHATH OYAKBAHATE IUIa3MeHH HHBA Ha
aKTHBHOCT Ha (akTopa Ha GoH BuneGpaHa Wi aKo KPHBOHIIHBBT HE CE OBIAJICE C
Tps0Ba 2 ce M3BLPUIM MOAXOLMAI TECT, 34 Ja C& ONpPEenH Famd HAMAa HalHuHe 2
daxropa Ha Gor BuneGpann. [Ipy nauueHTH ¢ BEUCOKH HHBA Ha HHXHOUTOP, Neyey
(ox Bunebpanx e no-Manko e(eKTHBHO.

Koraro JICKApCTBaTa C& NOJYy4YaBaT OT 4YOBEIKA KPERE MM IIa3Ma, ce IIPEIITPH
TPCAOTEPaTABAHE NIPEAABAHETO Ha HH(I)CKILHOSHI/I NpHYHHHTCIN Ha NallHCHTAa. Te BK
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*  BHHMATeneH noJOOp Ha AapHTeNHTe HAa KPBB H INIa3Ma ¢ LN H3KIIIOUBAHE Ha PHCKA 32 NIPelaBaHe
Ha HHQeKUnH,

*  H3C/CABAHE HA HHAMBHAyaNHHTE JapABaldsg ¥ IUIa3MEHHTe IyJOBE€ 33 NpPH3HaUHW 3a
BHPYCH/HH(bEKLHH,

*  BK/IIOYBAHE Ha CTBIKH IIpH mpepaboTRaHeTC Ha KpPHBTAa W IJla3Mara, ¢ KOHTO MOrar Ja ce
WHAKTHBHPAT HJIH OTCTPAHAT BHPYCHTE,

HesasucuMO OT TOBa, KOraTo ce NpPHJArar JIeKapcTBa IONYYeHHM OT YOBEIIKA KPBB HIH IUIA3Ma,

BB3MOXKHOCTTa 32 NpelaBaHe HA HHOEKIHOIHE [IPHYHHHTEIH He MOXKe Ja ce H3IKJIIOUH HambaHo, Tosa

€€ OTHACH H 32 BCE OIIl€ HEHW3BECTHH MITH HOBOIIOABUIM CE& BHPYCH HIIH JPYI'H BHIOBE HHQEKUTH.

IIpeanpueTnre MepKy & CYHTAT 38 eeKTHBHH 3a BHPYCH ¢ NTHIHAHA 00BHBKa KaTo HIV (mpuuuHsBang
CIIMH), HBV (npuurespaw] xenatut B) w HCV (npuuunssaur xematut C), ¥ 3a HeoOBHTHI BHpYC
HAV (npuuunspam xematut A). Mepkute mMoxe GH MMaT orpaHudeHO JeHCTBHE cpelly HeoGBHTH
BHPYCH, KaTo napeorupyc B19. Hrdexuusra ¢ napgosapyc B19 moxe na 6s1e cepuosHa 3a OpeMeHHN
xeHn (Qeranna MH(pEKUHs) H 3a MHIOMBHIH, YHATO MMYHHA CHCTEMA € IIOTHCHATA WA KOHTO HMAaT
HAKAKbB BHJ aHEMHUs (HAIp. ChPIIOBHAHO-KIETHYHA GOJIECT MIIH XEMOJIUTHYHA AHEMUA).

BeposTio Bammusar nexap me Bu npemopbua BakciuHHpaHe cpeuly xematut A H B, ako Bue pexosHo
IOJty4yapare IpoAyKTH ChABpKAIM paktop VIII, nonyueHn oT yoBeInKa riazma.

HactostenHo ce npernopsysa, Beceky nbT Korato Bu ce mpmara danmgs, ¥MeTO H HapTUAHHA HOMED Ha
MPOAYKTA A2 Ce 3aITUCBAT, ¢ IeJl, OCHIYpABaHe Ha HHQOPMAaLHs 3a NapTHAHKHSA HOMep Ha IPOAyKTa.

Bux touka 4.
HApyru nexapersa u ®angu

Hrdopmupaiite Bamms siexap HIH GpapMaLieBT, ako IpHEMaTe, HACKOPO CTe IMPHAEMANH WK € Bh3MOXHO
Jla IpUeMeTe APYTH JIeKApCTBa.

He ca u3pecrnn B3auMoneHCTBHS Ha KOMIUIEKCA 0T HOBEWIKH Koarynamuoden gakrop VIII u dakrop Ha
don Bunebpara ¢ apyru nekapceTra.

bpemMeHHOCT H KbpMeHe
[Tonuratite Bammsa nexap umy apManesT 3a CHBET IPeAy 13 IPHEMETE APYIO JEKAPCTBO.

Kommiekest dakrop VIII/bakrop Ha hon Bunebpanm Moxe /ia ce H3ION3Ba o BpeMe Ha GPEMEHHOCT 1
KbpPMEHE CaMO aKo HMa SICHH ITOKa3aHHd 3a TOBA.

Mo upane u paGora ¢ Mamuau
Hsawma nanan Qanau aa noBnusaBa cniocobHOcTTa 34 wodupare u paboTa ¢ MallIMHK.

3. KAKJA IIPMEMETE ©®AHIU

IponykrsT TpsifBa ma ce MpHiIara BRTPELIHOBEHO3HO MET. Cxopocrra Ha mpHI
HaisHmasa 10 ml/min,

CrensaiiTe TOUHO yKa3aHWATA 3a NPUIOKEHWE, JAACHH OT Bamma nexap wmd men
OT UEHTHPA 3a JICUEHHE Ha XeMOQUIHA. AKO UMaTe HAKAKBH CBMHEHH, MOMHTANTE
(hapMaresT,
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Konngectroto ®anmu, xoeto we Bu Gbae MpHaoKeHo 3aBUCH OT MHOTO (pakTopH, KaTo Bauero Tero,
KITHHUYHATE YCNIOBHS, MACTOTO M HHTEH3MBHOCTTA HAa KPBRBOM3JIHBA. BamHaT JeKap 1€ H3YHCIH
Jozata, 4eCcTOTaTa ¥ MHTEPBAIHTE Ha Mpuioxenue Ha $anny, 3a 1a ce MOCTUIHE HYKHOTO HMBO Ha
daxtop VIII uny daxtopa Ha Pon Bunebpann ses Baiuarta kpos.

Bawmar nekap mme onpexenn NpogsDKUTENHOCTTa Ha ledeHHeTo By ¢ Gannwy.
3a IpUTOTBAHE HA Pa3TBOpA:

VBepete ce, ye paboTHTE NPH HAl-NOAXOAAILKTE YCIOBHA HA BCHUKH €TaIK OT [IpOLecs, 3a Ja
n30erHeTe 3aMbpCABAHE Ha POAYKTA.

3aTomere (akoHa H CIPHHIIOBKATA, HO HE PH TeMneparypa Hag 30°C.

ITpuxadere GyTaIoTO KBM CIPHHIIOBKATA ¢ PA3TBOPHUTEIL

H3saneTe GunTEpa OT onakoBkaTa, OTCTpaHeTe Kanavkara OT BbpXa Ha CIPHHIIOBKATA,

Wspanere amanTepa 3a GrakoHa oT onaxoBKaTa H o IpHKaveTe KbM CHPHHIIOBKATE M GUITEPA.
OtcTpaneTe KanaykaTa oT GIAKOHA H MOUKCTETE 3aIlyLIANIKATA ¢ TIPHIOKeHHA TAMIIOH C AITKOX 0L,
[Ipobonere 3anymankara Ha GIakoHa ¢ HIJIATA HA aQanTepa.

WixexTnpaiiTe LAMOTO KOMHYECTBO PA3TBOPUTEN OT CIPHHIUOBKATA BBB (U1akoHa.

BuumMarenno 3aepprere Qrakona, karo nsbarpare oGpasyBaHeTo Ha MAHA, JOKATO HPOLYKTET C€
pa:maopu HameIHO. He paskiamaiite. KakTo mpyraTte pasTBOpH 3a IApeHTEpaiHO INMpPHIIOXKEHHE, He
M3NION3BaHTe NPOAYKT PA3TBOPEH YaCTHYIHO HIIM aKO B HETO MMa HEPa3TBOPEHH YacTHIUH.

9. Otaenere cpUHLIOBKATA/QHITEPA OT OCTAHATATA Y&CT, 38 14 YJIECHHTE I0-KBCHO aClHPUPAHETO
Ha Pa3TBOpa, ¥ OTHOBO He3a0aBHO NPHKAYeTe KOMIUIEKTA CIPHHIOBKA/GHITEP KBM (raKoHa.

10. O6wnpHere (1akoHa H H3TETJIETE PA3TBOPA B CIIPHHLOBKATA.

11. Tloaroreere HHXEKLHOHHOTO MACTO, OTHENETe CIPUHLOBKATA H WHIKEKTHpPAHTE IPOIYKTa, KATO
H3II0NI3BATE NpHJIo)KeHaTa uria Tun ,,6eTepduait”. CxopocTTa Ha HHXKEKTHpaHe BbB BeHaTa TpAOBa na
Gbxe 3 ml/min, u nukora noseye ot 10 ml/min, 3a u3GAreane Ha BA3OMOTOPHH PEAKLIMY.

00N OV B —
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He n3nonzsatite IIOBTOPHO Ha6opa 3a NPHNTOKCHHE, Hewusnonssan IIPOOYKT HEC TpA
KBECH& y1'IOTp86a, HHTO Ja ce CbXpaHsABa B XNaJHIHHK,
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AKO ¢Te npHeIH oBede 0T HeoGxogumara go3a angn

Hsama cpobiieny cioyvaud Ha Opefo3HpaHe HA KOMIJIEKCA OT YOBEIIKH KoaryiandoHeH daxtop VIII u
¢akTop Ha hor Bunebpann. Bee nak, ako cre nmomgyumn noeeue Qanmy oT HeoOX0AMMOTO, He3a0aBHO ce
KOHCynTHpaliTe ¢ Bamus nexap win dpapMaresT.

AKo cre nponycHasn aa npHemere Oanan

e  [lpunoxere nezaGarHo caenBalata 103a K OPOAB/DKETE HA PEXOBHH HHTEPBANH, KaTO CIENBATE
CBHBETHTE Ha Bauius nexap.

¢  He npunaraiiTe neoiiHa fo3a 3a KOMOEHCHpaHe Ha IPONYCHATATA O34,
4, BBIMOXHH HEXEJTAHH PEAKIITUHN

KakTo BcHuxn JICKapCTBa, TOBA JICKapCTBO MOXKEe A2 NMPCAH3IBHKA HCXKEJaHH peakliMH, BBIPCKH *Ie HE
BCCKH ' ITOJIyvaBa.

B penxwu ciyuan, cnen ynorpeta Ha ®anau, Bue Moxe 1a nonyuMTe CIeNHHTE HEXKENAHH IEKAPCTBEHU
peaxuuu:

. Copbesx, I0KaTHa peakursa Ha HHXKEKIHOHHOTO MACTO (HAMp. YIapeHe KT NPeXOAHO 3aUepBIARAHE)
*  AJIEPrMYHE peakUWH (HANp. TEXECT B TbPAUTE/NPHIOILABAHE, 3aMaliBaHe, TaJleHe H JeKOo
MOHMXEHKE Ha KPhBHOTO HAATAHE, ChC 3aMaiiBaHe [IPH H3IIPaBAHE)

*  (CrpaneH BKYC B ycTaTa

. Tpecka

. Copuebuene

BB3MOXKHOCTTA OT aHa(l)HHaKTH‘ISH LICK HE MOXKE Ja C& M3KMIOUH. AKO HOYYBCTBATE HAKOR OT CHCIAHHUTE
CHMIITOME [IO BPEME HA ITPHIIQKCHHETO,

. Texect B repanTe/IpHIOLIABaHE

*  3amaiiBaHe

»  Jlexa xunoToHUs (JIEKO IOHHKEHHE Ha KPHBHOTO HAIATAHE, ChC 3aMaliBaHe [IPH H3HpAaBiHE)
° I'anene -

Tosa moxe na 6BOAT paHHH CHMITOMH Ha CBPBXUYBCTBHTEIHOCT MM aHA(GHIAKTHUHA peakuus, B
Cilyqal Ha aHadUIAKTHYHA MITH SJIEPTHUHA PEaKUud, IPeKPATeTe MPUIIOKEHHETO H C& KOHCYATHpaiiTe
He3abasHO ¢ Bamus nexap.

AJeprudHE peaKiHM KbM CHCTABKHTE HA IIPOAYKTA, He MO)Ke HANBIHO Aa ce M3KMIouaT. Ilpu gena,
KOWTO NpelH TOBa He ca OHIIM JIEKYBaHM C JIEKapCTBa, chabpikanm gaxtop VIII, Moxke na ce obpasysar
HHXUOUTOPHM aHTUTENa (BHXKTE TOuUKa 2) MHOro decTo (moBeue or 1 wa 10 marMedTH); HO Tpu
NallueHTHTE, KOMTO Ca moyvaBany npeaumHo nevenue ¢ dgaxrop VII (moseue ot 150 nuu nevyenue),
PHCKBT € HedeeT (mo-mManko oT 1 Ha 100 mamueHTH). AKO TOBa ¢€ CIyyM, BalumTe neKapceTRa HIM TE3H
Ha BaweTo nete Moxe Jia cripat fa feifcTear KakTo Tpabsa u Bre win Baniero nete MeskS ReEQIyIMTe
NPOIBIDKHTENHO KbPBEHE. AKO TOBA C& CIIyuH, TpAOBa He3abaBHO [a ce CBBPKET ;
¢  Koraro ce uznonssa dakrop VII-ceappxan; VWF niponykT 3a neueHune

BuneGpany, npomBmKATENHOTO JEUGHHE MOXKe Id HOBEAE N0 TPEKaId

thaxrop VIII B kpeBTa. TORA MOJNKE Jla YBENHYM PUCKA OT TPOMOOTHYHH ¢
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Axo Bue cTe mauueHT ¢ M3BECTHH KIMHHYHH HI# nabopaTOpHH PHCKOBH (axTopH, Bue
Tpsdra da ObaeTe HaOMIOJABAHH 32 PaHHH MPH3HaLK Ha Tpombo3a. Bammsar mrexap tpabea na
Ha3HayM HNpeBeHIMA (NpodHIakTHKA) 3a BeHO3HA TpoMO0oeMOOMHS B CBHOTBETCTBHE C
HACTOALUTE NPEHIOPBKH,

llo-cnennanno, ako Bue cre manuent ¢ Tvn 3 Gonect Ha ¢ox BuneGpann, B MHOTO peakH
cinydan Bue Moxere na pasBHeTe HeyTpalHM3Hpalnd antutena (MHxuOMTOpH) Ha daxkTopa Ha
o Bunebpang, Ako ce MOABAT TakuBa HHXHOHTOPH, dakTopbT Ha GoH BuneGpanz e mo-
MANKO €(EeKTrBeH IpH KOHTPOIMpaHe Ha KbpPBEHETC. AKO BaluaT KpHBOMRNMHB HE CIpe,
Bamata kpp8 TpabBa ga ce H3CKHENBa 3a HANMYACTO Ha HHXHOuTOopH. Tesu anTHTeNna Morar Ia
ObmaT CBBP3aHH ¢ aHA(MIAKTHYHM peakuud., ETo 3amo MaUHEHTHTE, NONyHaBaIlH
aHaQUIaKTHYHH peakuuy, TpadBa Ja ce M3CHeABAaT 3a HamuyKe Ha WHXHOHTOpu. B raxusa
cny4au HezabaBHO ce ofazeTe Ha Bawus nekap.

3a uH(OpMAanHA OTHOCHO BHpYCHaTa Ge30MacHOCT BIKTE TOYKA 2,

Ako [IONTYYNUTE HAKAKBH HECXKCAAHH JNCKApPCTBEHH PEaKkIHH, YBEIOMETEe Baums JieKap, (l)apMaIIEBT Hnn
MCIHMIOHHCKA cecTpa. ToBa BKNIOUYBAa BCHYKH BBE3IMOAKHH, HCONMCAHH B Ta3lH JIMCTOBKA HCXKCIIAHH
PEaKLHH,

CrofmaBane Ha HeMKENAHN PeaKHK

AKO IIONTyYHTE HAKAKBY HE)KEIaHH JIEKApCTBEHH PEeaKiuy, yeenomeTe Bamus nekap, GdapManeBT uin
MEOHIMHCKA cecTpa. ToBa BKIIIOYBA BCHYKH BE3MOXKHM HEONHCAHH B TA3K JTHCTOBKA HeKeJIaHH
peakuun. MoxeTe CBIIOo fa ChoOIIHNTe HEXeTaHH Peaklliy JHPEKTHO Ype3 HAMHOHAIHATA CHCTEMA 3a
cholluaBane:

MsnpiHATeNHa areHIud 1o JIeKapeTBaTa
y1. ,,Jdaman I'pyes” Ne 8

1303 Codusa

Ten.: +359 2 8903417

yebcaitr: www.bda.bg

Karo chofiapate HexxenaHH peakllny, MOKeTe Ha JafeTe CBOA IIPHHOC 38 [I0IyYaBaHe Ha [TOBeve
unpopmauns oTHocHO Ge30MacHOCTTa Ha TOBA JIEKapPCTBO,

5. KAK JA CBXPAHSIBATE ®AHAU

Ha ce ¢bXpaHsaBa Ha MACTO, HELOCTHIIHO 34 JIEila.

Ha ce cexpanssa npu temmepartypa mox 30 °C, Jla He ce 3ampassza.

He nnonssaiite Qannu crien m3THYaHE HA CPOKA HA 'OAHOCT, MOCOYEH HA €THKETA Ha (JIAKOHA W
KyTHATa caex gymuate: ,,omen go:”

He usnonssafite Qanau ako pa3TBOPET € MbTEH, WK B HETO MMa HEPa3TBOPEHH YacTHIHM. PasTROpbT
TpsA6Ba K OBIe GUCTHD, WA NEKO ONANECIEpAI

AKO ciel pasTBapaHe ce HaONIO#ABAT HEPAa3TBOPEHH YACTALY MITH [IPOMAHA B
A3 C& H3XBBPIIM,

Criex pasTBapsHe NPoAYKTHT € QU3HIECKH W XHMHYeCKH cTabuner 12 daca np
MHKPOGHOIOTHYHA [JIefHa TOUKA, IPOAYKTHT TpabBa Ja ce M3MoN3Ba He3abas
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He3aDaBHO, BPEMETO H YCJIOBHATA 33 ChXpaHeHHe IpeAd ynoTpefa ca OTTOBOPHOCT Ha NpHIaraius
IPOAYKTa, KaTo He TpxOBa na ObaaT noeeue oT 24 vaca mpu TemiepaTypa oT 2 o 8 °C, ocseH ako
Pa3sTBapAHETO He € NMPOBEASHO NPH BAIUAKPAHH ACEIITHYHHU YCIIOBHS.

Heusnonspad nmpomyKT WM OTHAIBYHM MAaTepHAaNH TpaOBa Aa Ce M3XBLPIAT CBINIACHO MECTHHTE
H3HCKBAHUA.

He maxpopsaTe NexapcTBarta B KaHAIH3AUMATa WIH B KOHTelHepa 3a Jomainy otnaaeud. Ionuraiite
Bammna QapmaneBT Kak ga M3XBBPIATE JICKAPCTBATA, KOWTO Bedue HE H3NON3BaTe. Te3d MepKH mie
CIIOMOTHAT 32 OIla3BaHe Ha OKOJHATA Cpela.

6. CBIBPAHHWE HA OITAKOBKATA H JOINBJIHUTEJIHA HHOOPMAIIUA

Kakso coaspixa ®anau

AKTHBHOTO BEIIECTBO € KOMIUIEKC Ha YOBEIIKW KoarynampoHen (axtop VIII m tdakrop Ha don
Bunebpany. ®anam ce mpemocTaBd KaTo Npax 3a HHXXKSKIMOHEH pasTBOp, chAbpxkam 250, 500 mmm
1000 IU wosemks koaryinauuoneH daxtop VIII u 300, 600 unu 1200 IU yosemku VWF Ha ¢dunaxoH.
IponyxtsT ce pastraps ¢ 10 ml Boga 3a HHXCKUHH,

Hpyrute cbeTaBKy ¢a anOyMuH, XHECTHIWH H apPTHHEH.

Kagk H3rJICHKOa 'lIJ'amm H KAKBO CBABLDHKA 0IIAKOBKATA

QanjM € npax M pa3TBOPHTEN 3a NPHIOTBAHE Ha HIDKEKIHOHEH pasTeop. Ilpeacraensea (naxon,
CROBKAW O MK ONeno KBIT NTHOMWIHINPAH Npax H NpeABapUTelHO HalbJIHEHa CIPHHIIOBKA,
CBHABPKALNE BOJA 33 HHKEKLHH (pa3sTBOPHUTEN),

MeaurIMHCKUTE H3AENHsA 3a pasTBapsAHE W NpuUjaraHe Ha IIpOAyKTa, HpuiokeHn keMm QaHmw, ca:
GuiTHp, ananrep 3a {UIAKoHa, KITa THI ,,06pTepdrail” U 2 TaMIIOHa ¢ ATKOXOJL

CoabpkaHve Ha ONAaKOBKaTa: | (UIakoH, 1 MPeIBApHTENHO HANBIHCHA CIPUHLOBKA ¢ PATBOPUTEN M
MEITHIHHCKY H3/IENTHA.,

[IparexxaTes Ha pazpemieHHeTo 33 YIOTpe6a ¥ NPOM3BOAUTE:
Instituto Grifols, S.A.,
Can Guasc, 2 - Parets del Vallés

08150 Barcelona - Ucoanus

Hara na mocjeaHo npepasriexaaHe Ha JucToBkara 12/2017

Iloppobna mndopMauus 3a TO3M NPOAYKT € HaI¥YHA HA WHTEPHET CTPaHMIATA Ha GBIrapckaTa
Msnennurenna Arennus no JlekapcTsara: hitp://www.bda.bg
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Ilocouenara no-mony vEGOpMaIUg € npeAHasHauYeHa caMo 38 MEIUIIMHCKH CIIELHATHCTH:
Ho3nporka

Xemodums A

Jlo3aTa H NPOABIKHTENHOCTTA HA 3aMECTHTENIHATA Tepalisd 3aBUCH OT CTEIIEHTa Ha TexecT Ha (BaxTop
VIII pedynunta, OT TOKANTH3AMUATA HA KPHBOMINUEA ¥ CTETIEHTA HA KEPBEHE, KAKTO ¥ OT KAWHUYHOTO
CLCTOAHHE HAa OONMHKS,

Bposr Ha npunaragnTe epuruny ot daxrop VIII ce uspazsasa B mexayHapoauu equHHUHM (1U) u
CBHOTBETCTBa Ha chBpeMeHHNTe C30 cTaHAApTH 32 NpoAyKTH chabpkaimu dakrop VIII. AkTaBHOCTTA
Ha axrop VIII B mra3MaTta ce p3passana KATO NPOLEHT (CHOTBETHO KbM HOPMAJHATA TOBEIIKA I1T1a3Ma)
U)K B MeXIyHaponHu eAnHUUM [U (ChoTBETHO KBM MeXOyHapoLHus cranaapt 3a ¢axrop VIII &
rasmarajl.

Enna mexaynaponaa expauna (IU) ot akrusnoctra Ha hakrop VIII e ekpuBaneHTHA Ha KOJHYECTBOTO
ot dakrop VIII B exur ml oT HopmamHa YoBenka asMa. M3uucasBaHeTo Ha H3UCKBAHATa [034 OT
paxTop VIII ce Gasupa Ha eMnupuynus pesynrar, np koiite 1 IU ot dakrop VIII 2a kg TesecHo Terno
TIOBHILABA aKTHRHOCTTA Ha IiasMenns ¢akrop VIII ¢ 2,1 * 0,4% ot HopManHaTa aKTHBHOCT.
Heobxonnmara jro3a ce onpejens upes H3N0A3BaHe HA clieaHaTa GopMyna:

Wanexeanua 6poil eannnin = Ten, Terno (kg) x xenanoro nopmmansane Ha dpaxrop VIII
(%)(IUAMD} x 0,5

KomuyecTporo xoero me Gbie MPHIOKEHO W YeCTOTATa Ha NpHiIaTaHeTo TpaGBa BUHArM Aa Obaat
cH00paseHy ¢ KIMHAYHATA eDEKTHBHOCT BbB BCEKH OTCNICH CIIydail.

B cnydait a nocneABalld XeMOpardyHy MHUHIAEHTH, akTHBHOCTTA Ha (akrop VIII me TpsGra ma
najxa noj HEBOTO HA JAZeHa Iia3MeHa akKTHBHOCT (B % oT #opManHata umu [U/dl) 3a cvoTeeTHUS
nepuol. Cneppainata Talnuila MOXe [a Ce HM3ION3Ba KATO OPHEHTHPOBBUHA IIPH NO3HpaHe B
SIM30/IMTE HA KbpBEHE # B XMPYPTHATA!

Crenen Ha KpbBOM3NHEA/ Hamckpamo YecToTa Ha Ao2upane (Macose)/
Tan mBa xupyprduHa MaHW- | ce HHBO Ha | NPOABMKUTENHOCT Ha TepanHara (IHH)
nyJnauus ¢axrop VIII

(o)IU/D
XeMOoparau
Pauny xeMapTposu, MyCKyIHH 20-40 [ToeTapamne Ha Becexw 12-24 vaca. Hali-manko | new,
KPLBOH3ITHBH ¥ KbPBEHE OT Clef KaTo KPBLBOM3NMBHTE NpOABABAIM ce ¢ Donka
YCTHATA KYXHHA OTIUYMSAT WK C€ ITOCTUTHE MTBJHQ O3/1paBABaHE
[onemu kppBOM3NHUBH: 30-60 ITosTapaxe Ha nHGy3uaTa Beekd 12-24 waca 3a 3-4 quu
XemapTposl, KpbLBOHIHBH B HIH NMOoBeve A0KaTo GONKaTa WIH OCTPOTO HapylLeHHE B
MYCKYJINTE WIIH XEMATOME JABHKEHHETO OTIIYMSIT.
KpbBOH3IHBH 3acTpaInaBalilH 60-100 Mortapsne Ha WHQY3uATAa Ha BeeKM 8 mo 24 uaca no
SKABOTA ITEAHOTO HINCKYBAHE.
XHDPYPrAsHA MAHHIYIALHA
Manku, Brmounrtenso 3uOHM 30-60 Beexkn 24 uaca, Hali-manxo
EKCTPaKIHK 03[paBsBaHE
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lonemu 80-100 INoprapsve Ha WH(y3usTa Ha Bceku 8-24 waca no
(mpe ¥ NOCT- | NBJIHOTO 3a3[paBjABaHE HA PAaHHMTE, TOrapa Tepanus 3a
ONEPaTHBHO) | HaW-Manko 7 mHM 3a noaxbpskane Ha (axrop VIII
aKTHBHOCTTA B JHanazoHa 30-60% (TU/D)

Ilo Bpeme Ha xypca Ha JeyeHHe e HPENOPBYMTENHO ONpEAeNTIHeTe Ha HHBOTO Ha gaktop VIII,
KOETO Ja CNyXH KaTO OPHEHTHp 3a OIpeleNsiHe Ha [03ara M uecToTaTa Ha IpHiIoxkeHHe. B
CIy4aHTe Ha TONAMa XHPYPrHYecKa HHTEPBEHLHA € HeoOXOAMMO TPEenu3HO CICAEHe Ha
3aMECTBAIATA TEPAs 4Ype3 MPHMAraHe Ha KOAry/JalMOHeH anami3 (aKTHBHOCT Ha IasMeH (axTop
VIII). [larmienTrTe MOTAT A BapHpar B TEXHHA OTroBop KeM daxtop VIII, nocraraiiky pasnuyHy HHBA
Ha BH3CTAHOBSABAHE i VIVo U J1a IEMOHCTpHUpaT pasiHueH eNMMHHALHOHEH [IONY>KHBOT.

3a npoABKATEIHA NPOQUIAKTHKA Ha KbPBEHe NPH MAlUeHTH ¢ TexkKa XxeModwmug A, Tpabea aa
ce mpunarat aosu ot 20-40 IU/kg TenecHo Terno Ha MHTEPBATH OT 2 O0 3 AHH. B HAKOH CIIy4aH,
ocobeHo TIpH mo-MJanH ManHdeHTH MoxXe Aa Obaar HeoOXOAMMH MO-BUCOKU JO3H HIAH NO-KPaTKH
HHTEPBAJH.

bonect Ha dhon Bunebpann (VWD)

I'lo mpunnmn 1 IU/kg VWF:RCo yeenudasa mupkynupamoro HuBo Ha VWEF:RCo ¢ 2%. Tpabsa na
ce nocTurHat HuBa Ha VWF:RCo ot > 0,6 IU/ml (60%) n na FVIIL:C ot > 0,4 1U/ml (40%).

ObukHoBeHO ce npenoprusar 40 — 80 [U/kg VWF (VWE:RCo) u 20 — 40 [U/kg FVIIL:C, 3a 5a ce
IIOCTHTHE XeMOCTAa3a. '

Mosxe na e HeoGxomuMa IrspBoHadanua o3a ot 80 IU/kg VWF, ocobeno npy maiHeHTH ¢ THI 3
VWD, xszeTo moatbp:kaneTo Ha IOAXOIAINY HHBA MOYKE (@ H3UCKBA [10-TOJEMH 03K OTKOJKOTO
TIpH ApyrH THope VWD,

[oxxonsama nosa TpsfBa Na ce NpHIara OTHOBO Ha BeekH 12 - 24 yaca. Jozata u
MPOLIDKHTENTHOCTTA Ha TEYEHHMETO 3aBHCAT OT KIIMHHYHHA CTATYC HA [alMeHTa, TUIA H TEXECTTa
Ha KpbBOM3IKBA H OT HUBaTa KakTo Ha ¥ WF:RCo, taka u na FVIILC.

Koraro ce manomsea FVIII-ceabspxkam VWF npomykt, nexyBaumar nekap TpaGsa Oa 3Hae, 4e
IIPOALIIKHTEIIHOTO JICYEHHE MOKE Ja NPUYHHE npekaneHo nosuwenue Ha FVIILC. Cren 24 - 48
Jaca JieucHHe, U 3a Ja ce u3berne npexanenoro nopumerre na FVIILC, tpabsa na ce nomucin 3a
HAMAJIEHH RO3M HW/MJIM yABIDKaBaHe Ha JO30BHS WHTEPBAI MM 3a u3non3sade Ha VWF nmpoaykr,
ChIBPIKANL HUCKO HHUBO Ha FVIIL

Hsma gocTaThuso MaHHH OT KIMHUYHH H3MHTBaHHWA, 3a Aa C¢ IPCIophHa YHOTpeﬁaT'd Ha Panan
opy aeua o 6-roJHIIHA BB3pacT 3a PaspelICHHUTE IIOKa3aHnK,
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